The association between aortic arch anomalies and tetralogy of Fallot with an imperforate pulmonary valves has previously been documented in the literature. 3, 4, 5 However, in this patient the ductus arteriosus arises from an aberrant right subclavian artery producing an uncommon vascular ring. As the heart migrates caudally during the second month of fetal life, the arrangement and size of the vessels change so that arterial flow is primarily through the left fourth arch and left ductus arteriosus. The seventh intersegmental arteries enlarge to form the proximal portions of the subclavian arteries. With regression of the eighth segment of the right dorsal aortic root and the right ductus arteriosus, the general pattern of the normal left aortic arch and its branches is formed. A left aortic arch with a retro-esophageal right subclavian artery, was initially described by Hunauld in 1735. It is the most common arch anomaly occurring in 0.5% of the population, however there is an increased incidence with tetralogy of Fallot. Embryologically there is disappearance of the right fourth aortic arch while the distal right dorsal aorta becomes the retroesophageal portion of the proximal right subclavian artery. In most of these cases the right sixth arch disappears. However, in this case the right sixth arch persists as a right-sided ductus arteriosus connecting the aberrant right subclavian artery with the right pulmonary artery, forming a vascular ring. There is regression of the left sixth arch resulting in an absent left ductus arteriosus. Vascular rings may exist in the presence of complex congenital heart disease. Stridor and difficulty feeding in these patients heightens suspicion for the presence of such anomalies. A right aortic arch is a harbinger of vascular malformations in the presence or absence of congenital heart disease. However , when TOF and an imperforate pulmonary valve exists with a left aortic arch, unusual ductal flow patterns warrants further evaluation for the presence of a vascular malformation. This patient's congenital heart disease was diagnosed prenatally and the vascular ring component was detected at cardiac catheterization. The presence of such vascular anomalies highlights the importance of detailed anatomical evaluation in every patient with complex heart disease. Cardiac catheterization should be considered when echocardiography detects unanticipated and unusual structures or flow patterns.
